On admission she had a collapsing pulse; blood pressure was 170/50 mmHg; she had a systolic murmur and a short early diastolic murmur best heard in the aortic area and a pansystolic murmur at the apex radiating to the axilla; and respiratory crackles were heard at both lung bases. Subcutaneous nodules were also noted.
The electrocardiogram showed sinus rhythm and a pattern consistent with left ventricular hypertrophy. On chest radiography there was cardiomegaly and pulmonary oedema, and a transthoracic echocardiogram with colour doppler ultrasound showed severe aortic regurgitation, moderate mitral regurgitation and an ejection fraction of 60%. The left ventricular systolic diameter was 3.7 cm and diastolic diameter was 5.4 cm. On transoesophageal echocardiography there was thickening of the mitral valve leaflets, with reduced excursion but no prolapse.
At operation the aortic valve proved to be tricuspid, with thickened aortic wall and contracted fused leaflets. The annulus was scarred and contracted. The valve was excised. The mitral valve was similarly scarred and contracted and a 27 mm Carbomedics mitral valve prosthesis was inserted; then the aortic valve was replaced with a 19 mm reduced Carbomedics prosthesis. Cardiopulmonary bypass was discontinued without support. The patient made a smooth and uneventful recovery and was discharged home. Two weeks later she had a transient ischaemic attack, with slurred speech and a droopy left side of the face (international normalized ratio at that time, 3.4); this resolved within four hours. From the cardiac viewpoint she remains well 18 months postoperatively, but her arthritis has had multiple flare-ups requiring increased doses of steroids and methotrexate, with her left knee progressing to complete loss of joint space.
Histologically the leaflets of both valves were reported as showing classic rheumatoid granulomata, with collagen disruption and fibrous tissue deposition and moderate lymphocyte infiltration.
COMMENT
In this patient, as in most reported cases of rheumatoid valvar disease, the RA was severe3-and resistant to conventional therapy. The unusual feature was that two valves rather than a single valve required replacement (only one such case previously reported6) and that rheumatoid factor was undetectable in serum despite the presence of rheumatoid nodules. Indeed, this seems to be the first reported case of rheumatoid-factor-negative rheumatoid heart valve disease requiring urgent valvar replacement. Perivascular fibrosis within the spleen is a well-recognized histological feature of systemic lupus erythematosus (SLE)1 but has not previously been described as a radiological finding.
CASE HISTORY
A woman aged 37 with a history of SLE was seen with a 3-week history of arthralgia, lethargy, fever, and an erythematous rash over the hands and face. Her SLE had been diagnosed at the age of 27, at which time she had alopecia, rash and arthralgia. Symptoms had settled with a short course of oral steroids, with subsequent use of non-steroidal antiinflammatory drugs for occasional arthralgia. She had given birth to a healthy daughter at the age of 35 years. During her current illness she was found to have a macrocytic anaemia with haemoglobin 6.1 g/dL and mean corpuscular volume 114 fL (normal 85-95 The diagnosis was autoimmune haemolytic anaemia secondary to SLE and she was started on oral prednisolone 40 mg/day. Her anaemia resolved rapidly. Oral steroids were gradually tapered and then stopped after 6 months.
At the age of 40 she began taking azathioprine 50mg twice daily and prednisolone 5 mg/day for recurrent arthritis and rash, which were well controlled on this treatment. A subsequent abdominal ultrasound scan, requested for the investigation of right upper quadrant discomfort, revealed incidental abnormalities within the spleen. Numerous non-shadowing echogenic foci were present though the size and shape of the organ were normal (Figure 1 ). The rest of the abdominal contents, including liver and kidneys, appeared normal. Doppler ultrasound showed the lesions to be related to small splenic blood vessels (Figure 2 ). These findings were not thought relevant to her abdominal discomfort.
COMMENT
The reticuloendothelial system plays an important role in the pathophysiology of SLE. Saturation of this system is thought to result in prolonged circulation of immune complexes, which increases the risk of their tissue deposition2. Various abnormalities of splenic structure and function have been described, including splenomegaly, atrophy, hypofunction, infarction and pericapsulitis3 4. Libman and Sacks first described perivascular fibrosis as a histological finding in 2 of 4 patients with SLE and atypical endocarditis5. The characteristic histological appearance is of 'onion-skin' concentric fibrosis around small splenic blood vessels, possibly the end result of preceding vasculitis. Although splenic perivascular fibrosis was initially regarded as pathognomonic of SLE, it has subsequently been described in other conditions, notably idiopathic and thrombotic thrombocytopenic purpura4 6.
We feel that the ultrasound findings in this case are in keeping with perivascular fibrosis. In particular, the doppler scan indicates that the lesions are indeed organized around small splenic blood vessels. Splenic calcification has been described in SLE7, but the lack of echo shadowing in our case is against this. In light of our findings, we also performed splenic ultrasound scans on 8 other patients with SLE of a comparable duration. None of these showed any similar structural features on ultrasound. The fact that only the original case had autoimmune haemolytic anaemia as a manifestation of her illness may be relevant. For future studies, ultrasound examination of patients with haemolytic anaemia or thrombocytopenia (either primary or secondary to SLE) would be desirable.
